Dear Editor, We read with great interest the article by Zhang et al. [4] that reported on cutaneous manifestations of incontinentia pigmenti (IP) with blisters on the trunk and limbs, sparing the face, in a 15-day-old female infant. Incontinentia pigmenti is a rare, X-linked dominant multisystem genodermatosis affecting ectodermal and mesodermal tissues. It is often associated with cutaneous, ocular, dental, and central nervous system (CNS) abnormalities [3] . After the skin, the central nervous system is the second most affected system. But, we did not see the neurological findings of the presented case. Because IP is one of neurocutaneous disorders, we aimed to emphasize the neurological involvement in IP.
imaging (MRI) of the patient revealed a midline skull defect on the posterior parietal bone and an associated protruding lesion consistent with encephalocele. In addition, agenesis of the corpus callosum, an arachnoid cyst in the posterior fossa, a porencephalic cyst in the left parietal lobe, and diffuse contrast uptake on the tentorium were demonstrated.
Up to half of patients with IP are reported to have evidence of CNS involvement. The most common manifestations of CNS involvement are microcephaly, hydrocephalus, strokes, seizures, global developmental delay, spastic paresis, cerebellar ataxia, and MRI changes [1] . However, encephalocele, which is first reported in our case, was not defined previously. The CNS manifestations of our patient were similar to findings of previous reports, except the presence of an encephalocele. Seizures can be the presenting symptom of the disease and usually develop within the first few weeks of life.
The CNS involvement is a very important issue for predicting the prognosis in patients with IP. These patients should be regularly followed up for possible development of neurological handicaps, like epileptic seizures.
